D D Munro MB MRCP
and G B Mitchell-Heggs MD FRCP J F, male, aged 33. Spanish student from Madrid History: The patient was first seen one year ago and complained of several discrete nodules on his limbs which he had noticed during the previous twelve months. The nodules have increased in size and number during the last year until many hundreds of these painless, non-tender lesions are present in the skin. Two nodules on the lower leg ulcerated. Throughout the course of the disease the patient has remained well and there has been no loss of weight or symptoms related to internal disease. Past and family histories are not relevant.
On examination: General physical examination revealed no evidence of disease and in particular the lymphatic glands, abdomen, prostate gland and breasts were normal. No skeletal abnormality was present nor were there patches of skin pigmentation.
On the extensor and flexor surfaces of the limbs discrete firm, mobile, non-tender nodules were present, measuring up to 1 cm in diameter. Those on the lower legs were erythematous but elsewhere the overlying skin appeared normal. Palpation suggested that these lumps were in the dermis and subcutaneous tissue and they numbered about twenty when first seen one year ago. Although there were several nodules along the course of the radial nerves, there was no constant relationship with nerves or blood vessels. ' At the meeting the case was shown as 'Multiple dermatofibromata'
Fig 1 Leg nodules two yearsfrom onset ofsymptoms
Progress: During the course of the past year many new nodules have developed on the limbs and particularly around the waist and buttocks. Most of the nodules have remained skin coloured and up to 1 cm in size, but a few-lesions, especially those on the lower legs, have enlarged to 2 cm in diameter, become erythematous and the surface telangiectatic (Fig 1) . Two of the larger lower leg nodules which ulcerated healed very slowly with local therapy. Several small nodules have appeared on the face.
Investigations: Radiographs of chest and of limb bones normal. Barium meal and follow through, and barium enema normal. Hemoglobin, blood count and differential normal. ESR 3 mm in 1 hour (Westergren). Serum transaminases, proteins and phosphatases normal. WR negative.
Histology:-(Dr E Wilson Jones): An ulcerating lesion on the leg shows the skin widely infiltrated with pleomorphic cells many of which are hyperchromatic. Some are spindle shaped and others spheroidal, and a few groups of mucuscontaining cells are present. The majority of cells contain PAS-positive granules in their cytoplasm (Fig 2) . A nodule from the arm is composed predominantly of spindle cells with a similar morphology to the cells of the ulcerating lesion. The histological picture is suggestive of a secondary malignant deposit from a poorly differentiated mucus-secreting carcinoma.
Comment
Initially this patient was considered to have multiple dermatofibromata, though the ulceration and eruptive character of the disorder made the picture atypical. The presence of mucuscontaining signet-ring cells amongst the spindle cell bundles was suggestive of secondary metastatic deposits from a gut carcinoma (Winer & Wright 1960 ) but investigation for the site of a primary in the gastrointestinal tract has failed to reveal a tumour. The good state of the patient's general health, together with a normal blood sedimentation rate, is against the diagnosis of multiple malignant deposits, though Gates (1937) and Schiff (1955) emphasized that the presence of secondary skin tumours might be the initial evidence of internal neoplasia. Gates also -commented that, contrary to current belief, carcinomatous metastases in the skin do not always herald approaching death, though in his review containing 231 cases, only 3 survived over twentyfive months.
The most frequent sites of carcinoma producing secondary skin tumours are breast, stomach, uterus, lungs and colon in this order of frequency (Gates 1937), though a few cases have been recorded from other organs. In some patients there is a good response to radiotherapy, but the degree of resolution in our patient was not impressive.
Multiple eruptive dermatofibromata may occur without other evidence of Von Recklinghausen's disease. Savage (1962) showed such a case in whom there was a thrombocytopenia.
Dr E Lipman Cohen: I have a patient with multiple dermatofibromata whose lesions resemble those of this patient histologically. The lesions are still erupting but they remain very small. Can this disease be present when all the lesions remain small although new ones continue to appear? Dr J Savage: I see my patient at intervals. The histiocytoma are increasing in numbers and, to reply to Dr Lipman Cohen, they vary in size, the largest ones on the lower parts of the legs. A few of these have become ulcerated requiring treatment in hospital. As the number of lesions increases the platelet count tends to decrease.
Dr G B Dowling: About sixteen years ago a middle aged woman consulted me about multiple clinical dermatofibromas no different in appearance from ordinary histiocytomas, more than a dozen of which had been cropping up during a period of months. The histology revealed an occasional carcinoma cell in dense fibrocytic tissue. The site of the carcinoma was never discovered. The patient died within two to three years.
Four Cases of Erythropoietic Protoporphyria
Presenting as Light-sensitive Lipoid Proteinosis D J Cripps MB MSC (for C D Calnan FRCP, G W Senter FRCPEd and J S Pegum MRcP) L P and B P, sisters, aged 15 and 21 V D, female, aged 21 L D, male, aged 11 History: These four patients have had a similar history of photosensitivity to sunlight since infancy, usually in the spring and summer. Symptoms were usually those of burning on the sensitized areas during exposure, followed several hours later by cedema and slight erythema. Purpura and superficial crusting often occurred if the exposure to sunlight was prolonged. On one such occasion L D developed a heemorrhagic bullous eruption on the dorsum of the right hand. Photosensitivity through window glass (> 320 mp) was noted in all patients.
